Tokyo Medical University Hachioji Medical Center, Japan, 5 Fukujyuji Hospital, Japan, and 6 Kinki-chuo Chest Medical Center, Japan Background and Aims: It has been defined the type of pulmonary alveolar proteinosis (PAP) is classified by the existence of anti GM-CSF autoantibody. Most of PAP have serum anti GM-CSF autoantibody and they are named as autoimmune PAP (APAP). On the other hand, the pathogenesis of PAP without anti GM-CSF autoantibody such as secondary PAP (SPAP) has been unclear until now.
We hope to find a clue the determining the ethology of SPAP. Therefore, the aim of this study is to analyze the characteristic cell form of alveolar macrophage (AM) in SPAP compared with APAP.
Methods:
We have a hypothesis that AM of SPAP tends to show the aberrant type. Twenty cases of SPAP complicated with myelodysplastic syndrome (MDS) were enrolled in this study. We analyzed the cell area, nuclear area, and NC ratio of AM on bronchoalveolar lavage fluid (BALF) specimen by digital microscope. They were compared those of APAP (n = 20).
Results: Median cell area and nuclear area of AM in SPAP was 102 μm 2 and 36 μm 2 , respectively. These findings were significant smaller than those of APAP. However, NC ratio of AM in SPAP was larger than APAP and there were lots of cells with high NC ratio up to 40%.
Conclusion: AM form in SPAP was clearly difference from APAP. It was suggested that AM in SPAP has aberrant type as same as haematological malignant cell in MDS. Based on these results, it is demonstrated that haematological malignant cell derived from bone marrow may be associated with the onset of SPAP. Background and Aims: Idiopathic pleuroparenchymal fibroelastosis (PPFE) is recognized as a rare form of idiopathic interstitial pneumonia (IIP). Radiologic feature of PPFE is upper lobe pleural thickening with associated subpleural fibrosis concentrated in the upper lobe on chest computed tomography (CT), and pathological feature is upper zone pleural fibrosis with subjacent intra-alveolar fibrosis accompanied by alveolar septal elastosis. To diagnose PPFE, both radiological and pathological criteria need to be fulfilled.
Our clinical experience suggests not a small number of patients had "PPFE-like" CT findings, symptoms as well as clinical course. Those patients' lung function tends to be too impaired to conduct pathological examination. They do not get diagnosed with PPFE due to lack of pathological evaluation. To understand how prevalent the patients with "clinical PPFE" which lacks pathological examination in clinical space, we reviewed our hospital's medical records.
We reviewed all the patients who visited our department at Saitama Medical Center, a branch hospital of Jichi medical University, between April 2016 and March 2018. The patients with pulmonary interstitial lesions proven by CT were enrolled in this study. Patients with the secondary interstitial lung disease, such as collagen-vascular disease, chronic hypersensitivity pneumonitis, and drug-induced lung injury, were excluded.
Results: Chest CT proved 356 patients had pulmonary interstitial lesions among all the patients who visited our department in the past 2 years. We excluded 166 patients with the secondary interstitial lung disease and analyzed 190 patients. Upper-lobe-dominant distribution were observed with 8 patients, and 5 of them had "PPFE-like" CT findings and symptoms. Among those 5 patients, 3 patients developed respiratory failure rapidly and 1 patient died within a year.
Conclusion:
We identified 5 patients with "clinical PPFE" which lacked pathological examination among 190 patients with IIPs. One limitation was it was difficult to exclude chronic hypersensitivity pneumonitis completely without conducting pathological examination. Results: Considering progressively deteriorated lung function and dyspnea symptom, lung transplantation was performed on December 31th in 2017. Three months later, the follow-up pulmonary function tests were significantly improved with FVC 1.72 L (55%), DLCO 63% and 6 MWT walking distance 377 m. Both immunosuppressant (Tacrolimus, mycophenolate mofetil, methylprednisolone) and Penicillamine were prescribed after transplantation. Bilateral lung transplantation seemed to be significantly beneficial in terms of improvement of lung function and quality of life. However, the patient suffered from worsening of Raynaud's phenomenon of bilateral hands with severe pain and gangrene change. 
